fibrinogen within the tumour following administration of 131I-labelled fibrinogen", The anaemia that is also a part of this syndrome is believed to be due to breakdown of erythrocytes within the meshwork of the haemangioma (microangiopathic haemolytic anaemia). It is therefore reasonable to assume that products of red cell breakdown, such as bilirubin, urea and potassium, would exhibit rising levels in this situation. Mechanical breakdown of erythrocytes is well known to result in hyperkalaemia, and although it is a frequent finding in sick neonates, the return of the serum potassium to normal soon after the removal of the haemangioma suggests a strong causal relationship.
We postulate that the malignant ventricular arrhythmias observed in our patient were caused by hyperkalaemia resulting from increased breakdown of erythrocytes within the haemangioma. Our belief is supported by the following observations: (1) the presence of anaemia; (2) increased levels of bilirubin and urea, both products of microangiopathic haemolysis;
(3) immediate reversion to sinus rhythm following correction of hyperkalaemia; (4) maintenance of sinus rhythm following excision of the haemangioma. The electrocardiographic changes of hyperkalaemia were not specifically looked for before the onset of the arrhythmias, which may be seen in sick neonates even in the absence ofhyperkalaemia. However, the prompt reversion to sinus rhythm following the administration of insulin and glucose, neither of which would be regarded as specific anti-arrhythmic agents, supports our hypothesis.
A patient with amniotic band syndrome is described. Apart from the typical features of constriction rings and digital amputations, he also suffered an unusual thoracic lesion not previously formally described in the literature. We believe this lesion provides further insight into the aetiology of this deforming condition.
Case report JB's mother, who has a unicornuate uterus and unilateral renal agenesis, was found to have an elevated serum alpha-fetoprotein at 17 weeks gestation. She also suffered hyperemesis gravidarum. An ultrasound scan then revealed a possible omphalocele. Fetoscopy at 20 weeks demonstrated a large opaque sac above the umbilical cord. The margins were ill· defined and it did not appear to contain viscera. The cord was inserted normally. Male genitalia were seen but the upper trunk and head and neck were not visualized. The karyotype was confirmed as 46XY. Amniotic alpha-fetoprotein was elevated at 30 flg/ml (normal range 2-17). Premature labour commenced at 29 weeks. This was arrested with ritodrine and a course of dexamethasone administered. At 31 weeks labour could not be stopped and in view of the baby's prematurity and breech presentation in a primigravid mother, a lower segment caesarean section was performed.
At caesarean section fibrous strands were seen in the uterine cavity, and a sample was sent for histological examination. The infant required minimal resuscitation. He was vigorous, weighing 1.26 kg, with a length of 40 ern and circumference of27 em -all approximately on the 10th centile. At birth certain external abnormalities were immediately apparent. On both sides of his thorax were deep grooves extending from the epigastrium around each side to the midline posteriorly where they met at an obtuse angle (Figures 1 & 2 ). Anteriorly these lesions were ulcerated, but posteriorly they were shallow grooves with an intact epithelium. There was also a circumferential groove affecting his right lower leg and the right hallux was represented by a small skin tag. The second and third digits of the right foot were fused, and distal to a narrow constriction were surmounted by a single fleshy remnant with no nail. The left hallux was also amputated, with fine fibrous strands wound tightly around the base of a small residual 'nubbin'. There were no other gross malformations; he had a normal umbilicus with no omphalocele. Renal ultrasound was normal. Histology of tissue removed from the chest wall at caesarean section confirmed it as amnion which in some areas was adherent to fetal skin. Subsequent progress was uneventful and at follow up he has remained well and is developing normally at one year.
Discussion
The amniotic band syndrome has been recognized for some considerable time. Hippocrates noted that 'infants become crippled ... where in the womb there is a narrowness'. The first case report was that of Van Helmont in the 17th century', Recognized features of the syndrome include amputation and circumferential constrictions of limbs and digits, facial clefts and encephaloceles, gastroschisis and talipes. The aetiology of these lesions is still under debate 2 • 3 • The occurrence is generally sporadic, but there has been recurrence within families 4 • 6 and similarly affected identical twins have been recorded". An association with uterine abnormalities, and with inherited disorders of connective tissue such as the Ehlers-Danlos syndrome, have also been repcrted-", There is some Journal of the Royal Society of Medicine Volume 81 March 1988 169 evidence that certain cases may occur following amniocentesis or fetoscopy'v'", Since Hippocrates' original proposition, the aetiology has been variously discussed. in 1930 Streeter!' proposed his theory of defective development of the fetal germ plasm, claiming that the defect dated to the formation of the amnion and embryonic disc. This theory still receives some support. Currently, however, Torpin's theory of amniotic rupture'P has wide acceptance. Based on his examination of the placentae and membranes of several cases, he suggested that during pregnancy the amnion ruptures and separates from the intact chorion. The fetus then comes to lie in a space between the collapsed amnion and the chorion. Here it is susceptible to entanglement in strings of mesoderm arising from the now separated membranes. Clearly a deformed uterus and a collagen disease of mother and fetus could predispose to this event. Experimentally, amniocentesis has been shown to do just that lO • The case presented here has several points of interest. The mother's unicornuate uterus may have predisposed not only to amniotic rupture but also to preterm labour. Constriction bands around the chest were mentioned by Brown-" in 1957 but were not documented; other reports in the literature relate to ectopia cordis". Histologically we have good evidence that the amniotic sac was attached to the trunk at this site and the elevated alpha-fetoprotein may have been caused by fetal tissue necrosis and ulceration, or exudation from the raw surfaces of the separated fetal membranes.
It is our hypothesis that, following amniotic rupture early in pregnancy, this infant was partially extruded from his amniotic sac with the breech lying in the chorionic space, the head and shoulders remaining inside the amnion, the legs and toes having become entangled in mesodermal bands leading to amputation of his toes with a constriction ring around the left leg. With growth in utero, the chest became progressively constricted by the torn edges of the amnion; the upper limbs, remaining inside the sac, were protected from entanglement in mesodermal bands. We therefore suspect that the 'omphalocele' seen on ultrasound may have been the partially collapsed amniotic sac. This would seem the most reasonable explanation for the sequence of events in utero. We report the case of a distinctive eruption, first described in 4 male patients by Orfuji et al. .from Japan, which they called papuloerythroderma-. A fifth male patient was described by our Departmentand we now report a female case.
Case report
A 61·year·old woman presented with a generalized pruritic eruption which had developed over a 3-month period. There had been two similar episodes in the past, the first 25 years ago clearing within 8 months and the second 3 years ago clearing within 5 months. There was no past history of atopy but a strong family history was evident. She had for several years been taking polythiazide 0.5 mg daily for ankle swelling, and for 4 years verapamil 40 mg twice daily for 'palpitations'. On examination she was of fair complexion, with hyperlinear palms, fine hair and demonstrated Dennie-Morgan folds. The nails were normal. There were extensive sheets oferythema with smooth, shiny, uniform, flat-topped papules of brownish-red hue over her trunk and limbs. Scattered excoriations were present particularly on the buttocks <Figure 1). The face, flexures and lower limbs distal to the mid-thighs were spared, with striking sparing under the watch strap and compressed skin folds. We described this latter appearance as the 'deck-chair sign'2 <Figure2).
Investigations revealed profound lymphopenia (342 and 5041mm3; normal range 1500-3500), OKT 467/mm3 and OKT s 25/mm 3 (normal ratio). An eosinophilia was found of 1512/mm 3 (normal range 0-440), the IgE was raised ranging from 299 to 987 units/ml (normal range <81) and there was a positive IgE RAST of moderate signiflcance to mixed tree pollens. Skin biopsy showeda normal epidermis; the upper and mid-dermiscontained a moderately severe perivascular chronic inflammatory cell infiltrate consisting of lymphocytes, plasma cells, eosinophils and a few hiatiocytes. Normal or negative investigations included: immunoglobulins, circulating immune complexes,C3, C4, C·reactive protein, rheumatoid factor, thyroid function tests, syphilis serology, stools for ova and parasites, erythrocyte sedimentation rate, routine biochemistry, chest X-ray, abdominal ultrasound and bone marrow biopsy.
